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Mr. Harrison Butler had mentioned association with trauma, but he (the speaker) did not think that there was any such association. He agreed that in certain traumatic cases there might be also epithelial changes, from a fine cedema to a grossly bullous state, but he had not seen an accident case in which the characteristic endothelial changes existed. If it was a common association there would be several examples of it in the literature, and two-thirds of the cases would not be in women.
In reply to Mr. Juler: He was not able to explain the bronzed appearance. There was a little point of confusion in these cases because, since most of the subjects were old people, one found ordinarily little pigment granules which resulted from the scattering of pigment in the iris. The powdered-bronze appearance in the cases described, however, was something additional to that. He supposed it was an exaggeration of cedematous changes in the cells. Possibly the cedema became intensified, or the cells were ruptured.
A Congenital Retinal Anomaly
By FRANK W. LAW, F.R.C.S.
IT is my privilege to draw your attention to two specimens, illustrating the same anomaly, which have been sent for examination to the Pathological Department of the Royal London Ophthalmic Hospital.
The first eye was sent by Mr. R. J. Coulter, of Newport, Mon., to whom I tender my acknowledgments; it was that of a female child, aged 6 years, and had been excised, under the suspicion of its containing a glioma. The points of special interest were " massive exudate over ciliary body, and curious distribution of growth." I made further inquiries into the history, and learned that the patient was the child of healthy parents, both of Welsh extraction (though the child's name suggested a Hebrew origin). She had one brother and one sister, both well. In type she was a brunette, with dark eyes and hair, and rosy cheeks; she had a pigmented mole on the left eyebrow. Her mother-this in answer to a specific question of mine-had not been exposed to X-rays during the course of her pregnancy.
The specimen submitted was the left eye, preserved in formalin. No external abnormality was noted. It was opened by a section in the sagittal plane on the nasal side, just clear of the lens; this was by sheer chance a most fortunate section. The first impression gained on examining the temporal portion was that it showed a persistent hyaloid artery and posterior vascular sheath of the lens. On further examination, however, this was found not to be the whole of the case. A thick cord about 2 mm. diameter ran, with a slight convexity upwards and outwards, from the disc to an attachment at the extreme temporal equator of the clear lens in the horizontal meridian, the area of attachment being about 4 mm. long; the width could not be determined. From the anterior end of this cord-like structure passed two expansions, upwards and downwards respectively, to be attached to the structures in the region of the ciliary body; these were reflected backwards on the inner tunic of the globe in a fan-shaped manner, as far back as the ora serrata, fading into the inner tunic. The upper expansion was further reinforced by a web of embryonic tissue (since proved to be a sort of retinal "mesentery ") extending the whole length of the cord, which web was attached to the wall of the globe above and laterally in an almost straight line, approximately corresponding to the two o'clock meridian. The cord itself was extremely vascular; it was very firm to the touch, and indissolubly connected to the disc, lens, web, and expansions Section of Ophthalmology 235 described. Along the line of insertion of the web were seen four or five dense white bodies, which appeared to be formed by calcareous depositions in the tissues. The vitreous appeared otherwise normal.
On account of the obvious interest of the specimen, serial sections were cut of the whole eye.
The second specimen was received from the Birmingham and Midland Eye Hospital, to the authorities of which institution I make my acknowledgments. It was that of the right eye of a boy aged 1 year and 10 months. The history given was that he had had a right convergent strabismus for the previous four months; there was no evidence of antecedent illness. On examination it was seen that the anterior chamber was shallow, and that the pupil reacted sluggishly to light. There was a localized opacity on the outer and lower part of the lens, and an indefinite grey raised area, somewhat band-shaped, in the vitreous, with what appeared to be normal retina above and below it. Excision was carried out on the suspicion of the eye's being gliomatous. A few weeks before this the vision in the left eye was noticed to be apparently subnormal examination at the excision of its fellow showed a greyish band across the fundus roughly similar to the appearance noted in the right eye. In parenthesis it may be observed that this would appear to be a bilateral case of this anomaly; one can only conclude that the condition in the left eye had not been noticed before.
Unfortunately in this case the whole eye was not submitted for examination, but only a slide and a photograph of the macroscopic appearance after hemisection. I think, however, that when you see these you will agree that no room is left for doubt as to the resemblance of this specimen to the first. In this case also, it is the other eye which is involved, and the abnormality is situated in the lower temporal region.
The two specimens described, then, show the presence of a band of vascularized tissue extending from the disc to the lens; this band is, as it were, slung to the wall of the globe by a sort of mesentery of retina. The retina forming the mesentery, as well as the rest of the retina in its normal position lining the globe, gives definite histological evidence of mal-development, the differentiation of rod and cone layer, and of ganglion cell and nerve fibre-layer, being incomplete; the membrane as a whole gives the impression of being congenitally ill-developed. The term mesentery is perhaps unfortunate, as it may convey the impression that the cord lies inside the fold, but this is not the case; it is situated outside the retinal fold at its apex, and proves histologically to be composed of the hyaloid artery and connective tissue.
The condition is obviously a developmental anomaly and as obviously rare; so far as I know, the only similar case previously reported is that of Miss Mann, who described it at the Oxford Congress of 1928. This showed a less developed form of the anomaly, in that the cord of tissue soon flattened out in its course forwards, and faded away in the region of the ora serrata.
COMMENT By IDA MANN, FI.R.C.S. I have nothing to add to Mr. Law's description of these two most interesting specimens except to congratulate him on their discovery and to thank him for bringing the first case to my notice and thereby making clear a condition which has been puzzling me for some years. I think, however, that I can show you two other aspects of the condition which may be of interest. In the first place I have been lucky enough to see it ophthalmoscopically and to be able to find (including Mr. Law's cases) eight eyes in all with a similar affection. In the second place I will try to suggest the embryologic mechanism. The first case I ever saw was sent to me for a pathological report by Mr. Peter Macdonald in 1928 . It is the case to which Mr. Law has referred which I showed at the Oxford Congress that year. I did not then realize that it was one of a group of similar cases, but reported it as an isolated anomaly. I next saw the condition in both eyes of a baby at the Royal London Ophthalmic Hospital. I recognized it as a congenital anomaly, and made a drawing of it at the time. Then the two cases Mr. Law has described appeared to link up with these others, and I have since seen the condition again in one eye of a girl aged 9, and have received a report of a further case from Mr. Somerville Martyn. I am also familiar with the case published recently by Stella Ancona in the Netherland Journal of Ophthalmology, and have recently heard from Professor Weve that he is publishing some further cases in one of the German journals this month.
The other point I wish to touch on is the possible embryology. It seems to me that the presence of some trace of the hyaloid artery in the region of the fold in most of the cases may have some bearing on this, and I am going to advance as a tentative explanation the possibility that adhesion of the primary (vascular) vitreous to the inner layer of the optic cup in one meridian may be the determining factor.
If the secondary vitreous failed to form along this meridian, a fold of retina would be pulled up into the interior of the eye. The cause of the adhesion must remain unknown. The varying situation of the fold shows that it has nothing to do with the feetal fissure and the fact that it is sometimes bilateral and symmetrical seems to exclude inflammation or fortuitous organized hbemorrbage as the cause.
At present it appears to be a rare anomaly, buit since in most of the cases the condition was at first suspected of being glioma and was later diagnosed as pseudoglioma, it is possible that it is not rare but has merely escaped recognition.
